. Among affected individuals, 65-75% of cases are due to a paternal deletion in this region, 20-30% are due to a maternal uniparental disomy 15, and 1-3% are due to an imprinting defect [2] . Conversely, the absence of preferential maternal expression in this region leads to Angelman syndrome [4] . Currently, PWS can be differentiated by DNA methylation analysis, fluorescence in situ hybridization, chromosomal microarrays, and dysmorphic features or clinical characteristics [4] .
The most characteristic clinical feature is a gradual change in eating disorders according to age. In early infancy, poor sucking caused by infantile hypotonia leads to anorexia [5, 6] . However, in later infancy or early childhood, hyperphagia caused by suppression of the satiety center leads to obesity [5] [6] [7] . The nutritional phases of PWS are categorized into five main stages and seven subdivisions (Table 1 ) [6] . Other characteristic features are developmental delay, intellectual disabilities, growth hormone deficiency, growth disorder, sex hormone deficiency, sleep apnea, hypopigmentation, short stature, repetitive and ritualistic behaviors, and skin picking [2, [5] [6] [7] .
Characteristic orofacial dysmorphic features include narrow bifrontal diameter, almond-shaped palpebral fissures, thin upper lip, downturned corners of the mouth, and drooping shoulders (Fig. 1) [2, [7] [8] [9] . Greenwood and Small reported extensive periodontal disease in a 12-year-old female PWS patient in 1990 [10] . Salako and Ghafouri reported severe dental caries in a 5-year-old PWS child in 1995 [11] . Recently, Saeves et al. reported
Phase
Clinical characteristics Phase 0
Decreased fetal movements and lower birth weight Phase 1a
Hypotonia with difficulty feeding (0 to 9 months) Phase 1b
No difficulty feeding and growing appropriately on growth curve (9 to 25 months) Phase 2a
Weight increasing without an increase in appetite or excessive calories (2.1 to 4.5 years) Phase 2b
Weight increasing with an increase in appetite (4.5 to 8 years) Phase 3
Hyperphagic, rarely feels full (8 years to adulthood) Phase 4
Appetite is no longer insatiable (adulthood) Fig. 2 . Because of poor cooperation, the preoperative panoramic radiograph was blurred. that rampant caries can be caused by poor oral hygiene, accompanied by decreased total salivary flow rate and increased salivary viscosity [12, 13] .
Management of PWS consists of hormonal therapy to induce a more normal growth pattern and strict dietary intervention to prevent obesity and diabetes mellitus [2, 5, 6 ]. In addition, PWS patients need careful follow-up due to intellectual and learning disabilities [2, 5, 6] . Dental management for PWS includes typical dietary interventions along with periodic professional oral healthcare because of the high prevalence of dental caries and periodontal disease caused by difficulties with oral hygiene and changes in salivary composition [12] [13] [14] .
PWS is a rare genetic disease with a characteristic eating disorder and orofacial features, and is rarely reported in dentistry. Recently, we treated a PWS patient under sedation and general anesthesia and report the dental management.
CASE REPORT
An 18-year-old male patient with PWS presented to our clinic with the chief complaint of crown fracture of the maxillary central incisors caused by a fall. He was diagnosed with PWS, moderate mental retardation, and attention deficit/hyperactivity disorder (ADHD). He had been medicated with Prozac 1 T/day and Concerta 3 T/day, an antidepressant and ADHD medication, respectively. There was no special dental or family history.
Clinical and radiographic examinations revealed crown fracture of the maxillary central incisors with pulp involvement and rampant caries ( Fig. 1, 2 ).
He had characteristic features of PWS ( Moreover, many children affected by neurodevelopmental disorders also have thermoregulation disturbances. As with such cases, patients may also have underlying diseases such as cardiac disorders and ADHD, and may be receiving drugs for these conditions. Thus, close consultation with specialists and anesthesiologists is essential.
In conclusion, dental treatment was properly performed under sedation and general anesthesia. Dental management of PWS patients consists of active preventive treatment, along with dietary consultation according to the patient's nutritional phase. Behavior management with sedatives can be considered, and consultations with the patient's physicians are essential given other systemic conditions in these patients.
